Pulmonary histiocytosis most commonly occurs as part of multisystem disease by histiocytosis X. Disease limited to the lung is reco-gnised as a cause of interstitial lung disease in adults but has not been extensively reported in children.
We report here three cases of isolated pulmonary histiocytosis and describe their clinical course in the three years since diagnosis.
Case reports Case 1. A 2 month old boy presented with a clinically diagnosed bronchopneumonia. Persistent cough and breathlessness were accompanied by poor feeding, vomiting, and weight loss. On examination he was tachypnoeic, not cyanosed, but crepitations were audible over both lung fields. A chest radiograph showed soft hazy infiltrative changes in both lungs, which were more noticeable on the left (fig 1) . He was treated with antibiotics and chest physiotherapy with some resolution in his symptoms. At hospital dead. At postmortem examination the findings showed pulmonary histiocytosis. Both upper lobes contained small emphysematous cysts beneath the pleural surface and numerous small yellow nodules. These nodules showed the histological features of histiocytosis X. Case 3. A boy, aged 9/2 years, was referred because he had had a recurrent cough for four months that had been unresponsive to inhaled 132 agonist bronchodilator treatment. Physical examination was normal and initial chest radiograph showed only minimal perihilar streaking. Symptoms persisted and after a further three months the radiological features had progressed to extensive perihilar and paratracheal streaky infiltrative changes accompanied by loss of lung volume (fig 3a) . On chest ausculation crepitations were present over both lungs, but there was no wheezing. Peak expiratory flow rate was 67% predicted for height, and did not improve significantly after inhaled bronchodilators. Further pulmonary function tests showed a reduction in vital capacity (45% predicted), more so than functional residual capacity (78% predicted, measured by helium dilution). This reduction occurred at the expense of increased residual volume so that the ratio of residual volume to total lung capacity was increased (38%). The ratio of forced expiratory volume in one second to forced vital capacity was normal (85%). This reflects a restrictive defect with evidence of gas trapping. Isotope lung scanning showed patchy decreased ventilation to the left base but normal perfusion. As a consequence of this mismatching he was hypoxaemic at rest (PaO2 7.9 kPa). An open lung biopsy specimen showed infiltration of peribronchiolar tissue and alveolar walls by histiocytes and plasma cells. He has remained well with minimal respiratory symptoms, and there is no disease in any other organ system in the three years since diagnosis. Despite absence of symptoms and physical signs his pulmonary histiocytosis has progressed radiologically with more noticeable perihilar streaking and fibrotic changes leading to partial right lower lobe collapse (fig 3b) . There are no clinical or electrocardiographic signs of pulmonary hypertension.
Discussion
Histiocytosis limited to the lung as described in these three cases is a rare cause of interstitial lung disease in childhood. The entity, histiocytosis X, encompasses an overlapping group of disorders that share the common histological features of proliferation of atypical histiocytes, but each disorder has widely different patterns of organ disease and a variable prognosis ranging from excellent to lethal. 
